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Pe3tome. Onmcansl Mopdosiornueckne (Makpo- U MUKPOCKOIMUYECKHE) OCOOEHHOCTH MEPBUYHBIX
Kapl[I/IOMI/IOHaTI/Iﬁ B OIICPALITMOHHOM MaTCprajC SKCIJIaHTUPOBAHHBIX CCPACII.

KarmoueBble ciioBa: IEPpBUYHAA KapAUOMHUOIIATHA, FI/IHeprO(i)I/I‘{eCKaH, JUIIATaOWMOHHAsA, pCCTPUK-
THUBHAas.

Resume. The morphological (macro- and microscopic) features of primary cardiomyopathies in
the surgical material of explanted hearts are described.

Keywords: primary cardiomyopathy, hypertrophic, dilated, restrictive.

AxTyajabHOCTb. [lepeuunbie kapauomuonaruu (KMII) npuBoasT K pa3BUTHIO NPO-
IPECCUPYIOIIEH CepACUHON HEOCTATOYHOCTH, YTPOKAKOIIUX KU3HU apUTMUIN, BHE3AMTHOU
cepaeuHoi cmeptH [1, 3]. Uactora BCTpeuaeMOCTH JaHHOW TPYMIbI 3a00JIEBaHUI cepara
B nonyJsiiiuk He Bbicoka (1,16:100 000 ven. B PB) [2]. OnHako B KIMHUYECKOM JHUarHo3e
KMII BcTpeuarorest ropasio yailie, 4T0 TOBOPUT O HEAOCTATOYHOCTH METOJIOB UX JIMarHo-
CTUKHU [4].

Mopdonorudyeckuid METOJ MCCIEIOBAHUS MOJPa3yMEBAET JOCTOBEPHOCTh KIMHHU-
YECKOro JIMarHo3a, a 3Ha4uT, U CBOEBPEMEHHYIO TE€paIUi0, KOTOPasi MO3BOJIUT 3aMEIJIUTh
porpeccupoBaHue 3a00JeBaHUs, MNPEAYNPEIUTh OCIONKHEHUS M TOBBICUTH KayeCTBO
YKU3HM TaIMeHTOB [4].

Henan: onpeneneHre Tuna KapAuOMUONATUN B ONEPAIMOHHOM MaTepHaie SKCIIaH-
TUPOBAHHBIX CEPJIEII.

3anaum:

1.BeIssBUTH ciiyyan NEPBUYHBIX KapJHOMUOIATUIN B OMEPALIMOHHOM MaTepHuaie Mmpu
OpPTOTOMUYECKON TPAHCIJIAHTALINY CEPJILIA;

2.YCTaHOBUTHh MAKPO- U MHUKPOCKOITMYECKHUE XaPAKTEPUCTUKH MEPBUIHBIX KapaHO-
MHUONATHUM;

Marepuan u Mmetoabl. VcciegoBanue OCHOBaHO Ha pe3yJibTarax uzydeHus 19 skc-
MJIAHTUPOBAHHBIX CEPJICI] MPU OPTOTONMMYECKON TpaHCIUIAaHTAlUKM CEpJilla B MEPHUOJT C aB-
rycta 2019 o deBpanb 2020 roga MOPPOTOTHIECKUM METOIOM (MaKpO- U MHUKPOCKOIIHS,
TUCTOXUMUS, MOpoMeTpus).

PesyabTaTrel U ux o0cy:kaenue. Bospact manueHtoB kojebancs 17 po 73 ner,
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cpennuii Bo3pact 50 + 13,94 net, cpeau vux 16 (84,21%) myxuun u 3 (15,79%) xeHuu-
HBI.

[Tpu MopdonornyeckoM Hccaea0BaHUU cepAel] ObLIO BBISIBJICHO S5 ClIydaeB MEPBUY-
HbIX KMII (26,32%), cpenu Hux: pectpuktuBHoit KMII 1 (20%) ciyuait, qunstaiiioHHON
KMII 3 (60%) cnyqas, runeprpoduueckoit KMII 1 (20%) cnyuaii. IMeeT MecTo pacxox-
JIEHUE KJIMHUYECKOr0 MPEATPAHCIUIAHTAIIMOHHOTO U MOP(OJIOrHYE€CKOro JUarHo3oB B 3
ciydasx (auarpamma 1, 2).
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HMuarp. 1 — Ctpykrypa KMII g0 mopdonoruueckoro ucciaenoBanms
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Muarp. 2 — Ctpyxrypa KMII nocne mopdosorngeckoro uccieioBaHus

Cpennsisi Macca 3KCIUIAaHTUPOBAHHOIO CepAla y MauueHToB ¢ nepBuuHbiMH KMII
coctraBuia 389 + 53,86 r (munumaneHas — 342 r, MmakcumanbHas — 477 r). Macca npagBo-
ro xxenygouka 114,5 = 25,33 r, neBoro xeaygouka — 190,5 + 46,51 1, MexxxKeny1049KOBOH
neperopoaku — 121,3 + 50,95 r.

CpenHsast Macca 3KCIIAaHTUPOBAHHOTO CEpALAa Y HAalMEHTOB cO BTOpUuYHbIMU KMII
coctaBuia 493,2 + 54,37 r (munumanbHass — 380 r, makcuManbsHasg — 596 r). Macca npa-
Boro xenygouka 115,6 + 19,32 r, neBoro xenygouka — 209,1 + 42,86 1, MEXKEIyq0UKO-
BOM neperopoaku — 165,8 +47,87 r.

Craructudeckas o0paboTKa He MPOBOAWIACH U3-3a MAJIOTO YKCIIa HAOIIOICHUM.

I'mneprpopuueckas KMII: npu MakpOCKONMYECKOM HCCIIENOBAHUM BBISBICHA
MacCHUBHAas TUNIEPTPOGUS JIEBOTO KETy/I04YKa C HEU3MEHEHHOW JTMOO YMEHBIIICHHOW €ro
nosiocTeio. [lpeacepaust nuuaTupoBanbl. MeXoKeTya0uKoBasl eperopojika MMeeT HEmpo-
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NOPLUMOHAIBHOE CUTMOBHIHOE YTOJILEHUE, CUMYJUPYSd HaJU4UMe€ MBIIIEYHOrO KOJbLA
HUKE a0pTaJbHOrO KiarnaHa. Muokapy OJecTsuii, uMeeT JiehoMuonoqo0HbIi Bua. [pu-
CYTCTBYIOT OPraHMYECKHE HapyUIEHUS KJIAMAHHOTO U MOAKJIANaHHOIO annaparoB JIEBOTO
KETYJ0YKa: aHOMAJIMH MalUJUISIPHBIX MBIIII] JIEBOTO KEJIYy04YKa, BKIIOYask TUIIEPTPOPUIO
U cMelleHue (COeUHSAIOTCS CO CTBOPKAMU MHUTPAIBHOTO KjlamaHa KOPOTKUMH XOpJaMu),
paclIMpeHue W YAJUHEHUE BCEX KOMIIOHEHTOB MHUTPAJIbHOTO KOMILJIEKCAa YacTO CO BTO-
PUYHBIM YIJIOTHEHHEM Tiepe/iHer cTBopku. Habmrogarorces yToieHne CTeHOK U CYKEHHE
IIPOCBETA KOPOHAPHBIX apTEPUIL.

Mukpockonu4yecku oTMedaeTcsi yBenuuenue sjaep kapauomuonutoB (KMII) (~ 3x
anpa GuOpoOdIACTOB), KOTOPHIE OKPYKEHBI YETKUM MEPUHYKIICAPHBIM ITPOCTPAHCTBOM, TaK
Ha3zbiBaeMble wWhorl (3aBuTOK) oOpazoBanus. OHM 4acTO NMPUYYIJIMBON (POPMBI, coaepkaT
oonpire rapioku xpoMmatuHa. Camu KMII umerot yBennyeHHbIN nonepednbil pazmep (40
MKM 1pu N=15MKM), pa3po3HEHHOE PACIIOIOKEHNE (PUCYHOK «IIETEHOW KOP3HUHBIY), Ya-
CTO MMEIOT BHUJ 3aBUTKa, (GOpMbI ¢ Y-00pa3HbIM BeTBIeHUEM (pucyHok 1). Cpenu more-
KYJSIPHBIX HapylIeHWd — HM30BITOYHOE HAKOIUICHWE TPaHyl TiIukoreHa. lIpucyTcTByIOT
3aMelIeHNE COCAMHUTEIbHON TKaHbIO M (uOpo3 uHTepcTuius (He AUQQY3HBINA yIacToK,
KaK IIpU CTapoM UH(apKTe ¥HOKapﬂa).

DR MR

KpOIIpEIapar JEBOr0 KeJIyI0uKa
yB. X100, okpacka: reMaTOKCUINH-3031H

Junsitamuonnasi KMII: makpockonuueckyd HaOMIOAAETCs pacuIdpeHue MojocTei
C HEpPaBHOMEPHOW TUINEPTpoUel CTEHOK, YTO MPUAAET CEpAIly IIApOBUIHYIO (POpMY.
Macca yBennuena (ot 600 go 1350 r) B OCHOBHOM 3a CYET JIEBOTrO Kenynouka. Muokapa
uMeeT ApAOIbIA BUJI C MPOCIONKAMU COSAUHUTENBHONW TKAHU, MPUYEM MPUCYTCTBYET Ye-
penoBanue runeprpodupoBanHbx 1 arpodupoBanHbsix KMLL DHaokaps, kak mpaBuiio, He
U3MEHEH JM00 YTOMIIEH Y JIEBOTO Kelyaouka. M3-3a quisitaliuy KaMmep cepiiia mpoucxo-
JIUT PacCTSHKEHUE KOJIEL aTPUOBEHTPUKYSIPHBIX KJIANIAHOB MIPU OTCYTCTBUU UX OpPraHvye-
ckoil natonoruu. KopoHapHsle apTepun He U3MEHEHBI.

MuKpocKOmUYecKr HaOJI01at0TCsl KapIMOCKIIEPO3 (IMUKAPAUATIbHBIN, KaK MPaBUIIO
He cnemupuueckuit) u runeprpodus KML, muméHHbIX COKpaTUTENbHBIX MHUO(QUOPHUILIL.
Juctpoduyueckre U3MEHEHHs] MOT'YT MPUBOIUTH K HEKpOOMO3y U HEKpo3y. fAnpa yBenu-
YeHBbI B pa3Mepe, BaKyOJIM3UpOBaHbl, ImycThie. B muromnazme KMI] Habmromaercst n30bI-
TOYHOE HAKOIUIEHWE TPaHyNl TJIMKOT€Ha, IMaTOJOTMYecKas 3€pHUCTOCTb, IBUIEBHIHOE
«oxupenue». B unrepctuniuu ormevaercs nudy3usiii Guodpo3 (0cOOEHHO B BHYTpEHHEH
TpPEeTH MHOKap/ia), yBeIndeHue yrcia Makpodaro, T-mumMdOIUTOB (pUCYHOK 2).
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Puc. 2 — Iunsaranmonnas KMII, mukponpenapatsl
yB. x50, oKpacka: reMaTOKCHIMH-303UH

PecrpuxktuBHass KMII: makpockonudecku: Macca cepaina ymensiiena (170-500
'), HO C IPOrPECCUPOBAHMEM YBEJIMYMBACTCA. DHIOKAPH YTOJIIEH C BOBJICYEHUEM MpPHU-
TOYHOTO OTJeJIa XKEIyA0UKOB. B ciyuae neBoro xemyaouka Takxke Gudpo3 3aaHeil cTBop-
KM MHUTPaJIbHOTO KJIallaHa, XOPAOBBIX CYXOKWJIMWA W 33JHEN MaNWUIIPHOW MBIIILBI, U 1O
Mepe MPUOMMKEHHUs] K OTTOYHOMY OTJIENy YTOJIIEHHE JHJIOKap[a MOXKET BHE3aHO Iie-
pelTH B TOJICTHIM 3aKaTaHHBIN Kpail. OTMmedaercs GUOpPO3 U y BEPXYIIEK KETYIOYKOB
(pucynok 3). IIpoucxomnut ¢hpopMuUpOBaHUE TPUCTEHOYHBIX TPOMOOB B MOJIOCTH JKEIy104-
KOB, MHOTI'/1a B 00JjIee MO3AHUX CTaIUAX Pa3BUBACTCS OOJIMTEPALINS TTOJIOCTH KEITYT0YKOB.

2

Puc. 3 — PKMII, makponpenapaT 3KCIJIaHTUPOBAHHOI'O CEPALA: @ — PE3KO YTOIIIEHHBII CKIEPO3UPOBaH-
Heli sHn0Kapa [DK; 6 —mon sunokapaom IDK nMerotcs mieneBuiHbIe TPOCBETHI PE3KO MOJIHOKPOBHBIX

CoCyaoB

MUKpOCKONMYECKH XapakTepeH MUOPUOPUIUIAPHBIN Oecriopsanok. B unTepcTu-
[IUU — PACIPOCTPAHEHHBIA IHAOMUOKAPAUAIBbHBINA (GUOPO3, HHPHILTPAIUS CTEHOK JKe-
JTYyI0YKOB PA3TUYHBIMU MATOJIOIMYECKUMU CYOCTaHIIUSIMU (aMUJIOU103, TEMOXPOMAaTO3
u 1p.). [loBepxHOCTHAsT 30Ha COCTOUT U3 THAIMHU3UPOBAHHOW KOJJIAar€HOBOW TKaHH,
CpeIHsia 30Ha — U3 PBIXJION BOJIOKHUCTOM TKaHU. B camoii riryOokoii 30He (30Ha rpaHy-
JISIUUM TKaHW) TPUCYTCTBYIOT PacIIMpPEHHBIE, PE3KO MOJIHOKPOBHBIE COCYbl U UH(PUIIb-
TpUpALKs BOCTIAIIUTEIHHBIMU KJIETKaMU (303MHO(HIIBI, TUM(OIIUTHI, MJIA3MOIIUTHI).
BoiBoabi:
1. KnuHnyeckass IMarHoCTUMKa MEPBUYHBIX KapJIHMOMHUOIATHI CII0XKHA, YTO OIpeEe-
JSIET 3HAYUMOCTh X PaHHEH MOP(HOIOrHIeCKOM TUarHOCTUKH.
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2. Cpean uccnenyeMblX SKCIUITAHTUPOBAHHBIX Cepell ObLIO BBIABICHO 5 CIyyaeB
nepBuuHbix KMII (26,32%). PacxoxaeHne KIMHUYECKOTO MPEATPAHCIUIAHTAIIMOHHOTO U
MOP(OTOrHYECKOTO JUArHO30B UMEINIO MECTO B 3 CiIydasX.

3. Ilpu mukpockonudeckoMm wuccienoBanuu runeprpoduueckoit KMII BbIsBIEHBI
runepTpodusi KapJMOMHUOILIUTOB, HAPYIIEHUE UX OPUEHTALUU, MEKMBIIIECYHBIH (UOpPO3 ¢
(dbenomeHoM disarray — «IuieT€Has KOp3UHAY.

4. Tlpn munstanmonHot KMII — HepaBHOMepHas runeprpodus U UCTOHUYCHUE Kap-
JUOMHUOLUTOB, TU(H(Y3HBINA MEXKMBIIIEYHbIN (HUOPO3.

5. Ilpu pectpuktuBHOi KMII — yrommenue u Ckjaepo3 dHAOKApAa ¢ M30BITKOM
HKCTPALIEIUTIONPHOIO MaTpUKca B HEM, ciiabasi TunepTpodusi KapJUOMHUOIUTOB.
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